Abstract A 4 year 9 month old boy and his 3 year 5 month old sister presented with delayed speech development, facial asymmetry, strabismus, and transverse ear lobe creases. The same features were found in their mother, but the father had no such anomalies. To our knowledge this familial association has not been described before and may represent an autosomal dominant syndrome. (J Med Genet 1993;30:76- 
Case report
The two sibs were referred to our department because of delayed speech development. They were the only children of non-consanguineous Caucasian parents. The father, who was 36 years old, showed no anomalies on physical examination and was of average intelligence. The 30 year old mother was an only child; her parents could not be examined. She only began to speak at the age of 4 years, but later she finished secondary school with satisfactory marks. She was a somewhat anxious person who had been aware of her divergent strabismus and asymmetry of the eyes (figure) since early childhood. She had transverse creases on her right ear lobe, a long, slightly beaked nose, and a high arched palate.
Case 1, her son, was 4 years 9 months old on admission. After an uneventful pregnancy and delivery with a birth weight of 3200 g he had normal psychomotor development. Although his behaviour corresponded to his age, he had only begun to speak a few words. Craniofacial anomalies included convergent strabismus, asymmetrical face, narrow eye opening on the left with normal palpebral fissure length, hypertelorism, low set ears, two ear lobe creases on the left and a pit on the right side, a relatively long philtrum, and a high arched palate.
Case 2, the daughter, was 3 years 5 months old. She was born after an uneventful pregnancy with a birth weight of 3550 g and her psychomotor development was apparently normal. Understanding appeared normal but instead of speaking she expressed her emotions with gestures. Strabismus and facial hypoplasia on the right side were conspicuous, but these were regarded as harmless familial features that did not bother the parents. She also had hypertelorism, ear lobe creases on both sides, and a high arched palate.
Neurological examination of the mother and her children showed normal closure of the eyes; the function of the cranial nerves was intact and identical on both sides. Radiology showed shortened diameters of the orbits by 1 to 3 mm and slightly reduced size of the zygomatic bones on the side of the narrow eye opening with a flat face, suggesting congenital hypoplasia in each case.
The 
